Dear Editor,

 {#jde14019-sec-0001}

Perivascular epithelioid cell tumor, also known as PEComa, is a type of mesenchymal neoplasm.[1](#jde14019-bib-0001){ref-type="ref"}, [2](#jde14019-bib-0002){ref-type="ref"} Here, we encountered an interesting case of primary PEComa in a cervical lymph node (LN) that was associated with leukoderma.

A 63‐year‐old Japanese man was referred to us with a 3‐month history of a swollen LN in the left neck. The patient was a white collar worker belonging to an advertising agency unassociated with chemical agents. The patient had not used a cosmetic containing rhododendrol. Physical examination, including otological examination, revealed a swollen, movable, non‐tender LN in the left neck, and several white macules measuring less than 40 mm in diameter on the forehead and neck (Fig. [1](#jde14019-fig-0001){ref-type="fig"}a). The areas of leukoderma had been increasing in number for 30 years. The patient had not been diagnosed with disease of the thyroid grand or anemia. Computed tomography detected a swollen LN measuring 16 mm × 13 mm (Fig. [1](#jde14019-fig-0001){ref-type="fig"}b), but no other lesions. Histopathological examination of the resected swollen LN revealed that tumor cells occupied the majority of the LN (Fig. [1](#jde14019-fig-0001){ref-type="fig"}c). The tumor consisted of epithelioid cells with abundant cytoplasm and pleomorphic nuclei containing distinct nucleoli, which occasionally showed mitoses (Fig. [1](#jde14019-fig-0001){ref-type="fig"}d). Anti‐S100 protein antibodies (Agilent Technologies/DAKO, Santa Clara, CA, USA), anti‐HMB‐45 antibodies (Agilent Technologies/DAKO) and anti‐Melan‐A/MART‐1 antibodies (Agilent Technologies/DAKO) were all reactive with the tumor cells (Fig. [1](#jde14019-fig-0001){ref-type="fig"}e). In contrast, neither anti‐MUM1 antibodies (Agilent Technologies/DAKO; Fig. [1](#jde14019-fig-0001){ref-type="fig"}f) nor anti‐α‐smooth muscle actin antibodies (Agilent Technologies/DAKO) were reactive with the tumor cells. Consequently, the diagnosis of PEComa was made. No additional therapy was performed. As of June 2017, 60 months after the resection of the LN, there has been no evidence of recurrence. Since the resection, no new areas of leukoderma have appeared, and the existing ones have not grown in size.

![(a) Cutaneous manifestations of leukoderma are evident on the head and neck. (b) Computed tomography of the head and neck revealed a swollen oval lymph node in the left neck (white arrowheads). (c) Tumor cells occupy the majority of the lymph node (hematoxylin--eosin \[HE\], original magnification ×40). (d) The tumor consists of epithelioid cells with abundant cytoplasm and pleomorphic nuclei with distinct nucleoli and occasional mitoses (HE, ×400). (e) Immunohistochemical staining using anti‐Melan‐A/MART‐1 antibodies. The antibodies are reactive with the tumor cells (×400). (f) Immunohistochemical staining using anti‐MUM1 antibodies. The antibodies are not reactive with the tumor cells, but are reactive with some lymphocytes (×400).](JDE-44-e348-g001){#jde14019-fig-0001}

Tumors with positive immunophenotypic reactivity to melanocytic markers, including S100 protein, HMB‐45, Melan‐A/MART‐1, tyrosinase and microphthalmia transcription factor, represent melanoma, clear cell sarcoma (CCS) and PEComa. Most PEComa show a clinically benign course in contrast to the unfavorable courses of melanomas and CCS.

Recently, Ferenczi *et al*. reported that MUM1 immunostaining is useful for distinguishing PEComa from melanoma and CCS.[3](#jde14019-bib-0003){ref-type="ref"} When MUM1 immunostaining score was calculated by multiplying the staining intensity from no staining (score 0) to strong staining (score 3) by positive tumor cell percentage for each individual specimen, the average score was 6.8 in eight PEComa, 35.9 in 11 CCS, 270.4 in 11 primary melanomas and 114.2 in 11 metastatic melanomas.[3](#jde14019-bib-0003){ref-type="ref"} The completely negative staining and a favorable outcome in this case indicate the diagnosis of PEComa.

Naveh *et al*. suggested that immunohistopathological examination shows no difference between melanoma‐associated leukoderma and vitiligo vulgaris.[4](#jde14019-bib-0004){ref-type="ref"} Therefore, immunohistopathological findings of PEComa‐associated leukoderma may be similar to those of vitiligo vulgaris. Heretofore, PEComa‐ or CCS‐associated leukoderma has not been reported, even though both PEComa and CCS share immunoreactivity for melanocytic markers. The leukoderma may arise in association with the occurrence of PEComa within an LN, where tumor cells are in close contact with immunocompetent cells.

None declared.
